Background
Introduction:
Sydenham's chorea (SC) or chorea minor (historically referred to as Saint Vitas' Dances) 1 is a disease characterized by rapid, uncoordinated jerking movements affecting primarily the face, and hands. Sydenham's chorea results from childhood infection with group A Beta hemolytic Streptococci 2 and is reported to occur in 5 -36 % of patients with Acute Rheumatic Fever (ARF). 3 The disease is usually latent, occurring up to 6 months after the acute infection, but might occasionally be the presenting symptom of rheumatic fever. SC is one of the major manifestations of ARF described in Jones criteria for diagnosis of ARF. SC is more common in females than in males and most patients are children below 18 years of age. Adult onset of SC is comparatively rare and most of the adult cases are associated with exacerbation of chorea following childhood SC. It is named after British Physician Themas Sydenham (1624 -1689). 4 There are no published studies on prevalence of SC in patients with ARF in Nepal.
There are several published studies on prevalence of RF / RHD in Nepal. Prevalence of RF / RHD has been reported to be 1.0 to 1.2 per 1000 school aged children in Nepal. [5] [6] [7] None of these studies have data on manifestations of ARF. There are very few published studies on manifestations of ARF in international medical literature. We have tried to collect data on RF / RHD with SC as manifestation of ARF.
Ministry of health and population (MoHP) is running National RF/RHD prevention & control programme throughout the country with technical support from Nepal Heart Foundation (NHF). Registry of RF/RHD is maintained in 32 participating hospitals throughout the country from east to far west. The registry includes details of the RF/RHD patients receiving secondary prophylaxis. A central Registry of RF / RHD patients is also maintained at the NHF central office located in Kathmandu. 8 The purpose of this study was to find out the prevalence of SC in Patients with Acute RF in Nepal.
Methods:
Four years data (June 2007 -Oct 2011) from the registers of National RF / RHD Prevention and control programme from 32 hospitals of Nepal were collected and analyzed in this retrospective study. There were 6028 RF / RHD patients registered for secondary prevention. Out of them 672 had ARF. Only this group of patient was enrolled in our study. These patients were suffering from ARF and were receiving 3 weekly Benzathine Penicillin injections or oral antibiotic for secondary prevention of RF. Details of these patients were noted in a previously designed format. Details of age, sex and manifestations were collected and analyzed for the prevalence of SC.
Results
There were 672 patients with ARF in this study. Among them 374 (55.64%) were females and 298(44.34%) were males. 168(25%) were under 10 years of age, 402(59.8%) from 10-16 years and 102(15.2%) were above 16 years. Out of 672 a total of 26(3.87%) patients had chorea. Among them 20(76.92%) were females and 6(23.08%) were males. 7(26.9%) were below 10 years, 19(73.1%) 10 to 16 years and none were above 16 years age. ( Table 1 ). In 16(2.31%) patients chorea was associated with Carditis, and in 6(0.89%) chorea was associated with Arthritis. Only 4(0.67%) patients had chorea as the only manifestation of ARF. The prevalence of SC was found to be 3.87% among patients with ARF.( Table 2) 
Discussion
A major manifestation of AFR, SC is the result of an autoimmune response that occurs following infection by group A β-hemolytic streptococci that destroys cells in the corpus striatum of the basal ganglia. [9] [10] [11] . The prevalence of ARF and Sydenham's chorea has declined progressively in developed countries over the last decades. 12, 13 According to some published reports chorea is a major manifestation of ARF and is the only evidence of RF in approximately 20% of cases. In some outbreaks, chorea had been present in more than 30% of patients with ARF. The female-to -male ratio is approximately 2:1 and most patients present between 5-15 years of age. Studies have demonstrated a high frequency of a positive family history in the patients with SC and ARF. Arun at al found that 3.5% of patients and 2% of siblings of children with SC had been affected.
14 SC usually develops in those aged 5-15 yrs. The patient may have no history of ARF and a preceding streptococcal infection cannot always be documented. Infections can be subclinical and often precede the development of neurologic symptoms by age 1-6 months. At least 25% of patients with SC fail to have serologic Original Article evidence of prior infection. Chorea alone is sufficient for diagnosis of ARF provided other causes of the condition have been excluded. 15 Our study has reported the prevalence of SC among patients with ARF to be 3.87% which is much lower than 5-38% reported by WHO. 3 The reason behind the variation might be related to differences in susceptibility to chorea in the host population or to differences in case finding methods. It is unknown whether particular strains of group A streptococci vary in their propensity to elicit chorea. Why the prevalence of SC among ARF patients in Nepal is lower than in other countries is a subject for further studies. In our study female-to-male ratio was 3:1 which is slightly different than 2:1 reported in international literature. 3 Patients of age group 10-16 yrs were mostly affected. This is similar to the reports of other published studies.
Conclusion
Prevalence of SC as the major manifestation in patients with ARF in Nepal is low and is reported to be 3.87% in our study. Females of age group 10-15 yrs are mostly affected with female-to male ratio 3:1. SC is the third common manifestation of ARF after arthritis and carditis. Chorea as the only manifestation of ARF is not uncommon but is mostly associated with carditis and arthritis in Nepalese population.
